This article discusses, from a psychological perspective, the life experience of the adult and ageing person with haemophilia, including psychological issues, aspects of his personal and social integration, decision-making, communication and other factors that may affect treatment adherence and quality of life. The aim was to provide haematologists and healthcare staff with knowledge and resources to improve communication and support for adult persons with haemophilia, and raise awareness on psychosocial issues related to quality of life, sexuality and aspects associated with ageing with haemophilia. Adulthood is a period of many personal and social changes, and ageing with haemophilia is a relatively new phenomenon due to increased life expectancy in this population. Patients have to adapt to the disease continuously when facing new expectations, life projects and issues arising with increasing age, so the healthcare team should be ready to provide support. A good therapeutic alliance with the patient must be accompanied by assessment and counselling in aspects including satisfaction, perceived difficulties and barriers, and emotional needs. Raising awareness of all this will result in the patient benefiting from the recent improvements in treatments.
Introduction
Haemophilia is a condition usually diagnosed during childhood, and psychosocial aspects of the early years have attracted much attention in the literature. Many authors [1-3], including our group [4, 5] , have addressed the psychological impact of the disease, and the necessary support for the family and young patient as he experiences growing up with haemophilia from infancy, through childhood and adolescence [6] . However, the issues of adults or ageing persons with haemophilia (PWHs) have been less frequently discussed. Ageing with haemophilia is a relatively new phenomenon due to increased life expectancy in this population, as a result of advances in current medical treatment of haemophilia [7, 8] . Adulthood is a period of many personal and social changes, more so with a chronic disorder. PWHs have to adapt to the condition continuously when facing new expectations and life projects, which is not always easy in the presence of complications. The role of psychology in the management of PWHs' past adolescence is increasingly discussed, but current literature on the topic, addressing issues recently arising, is scarce. However, psychological and social support is crucial as part of a comprehensive plan for the clinical management of haemophilia, if we are to improve their quality of life (QoL).
The current reality of haemophilia poses new challenges for psychologists and social workers, as the life expectancy of PWHs is similar to that of the general population [8] [9] [10] , and the common issues related to ageing mix with the specific features of the disease. Healthcare professionals should be ready to address these scenarios. The ageing PWH will require not only appropriate clinical care, but also support to face the experience of ageing with his condition, its associated complications and the comorbidities common to any ageing person (Table 1) .
This article discusses, from a psychological perspective, the life experience of the adult and ageing PWH, including psychological issues, aspects of his personal and social integration, decision-making, communication and other factors that may affect treatment adherence and quality of life.
Issues and counselling of the adult with haemophilia
Before the introduction of replacement therapy in the 1960s, the mean life expectancy of PWHs was less than 30 years [11] . Their life expectancy and health status improved greatly with the advances in treatments (replacement factors). However, disaster occurred in the 1980s, when thousands of PWHs were infected with hepatitis C virus (HCV) and human immunodeficiency virus (HIV), which increased mortality in the population; the major causes of death were AIDS, hepatitis C and nondisease-related complications [12, 13] .
Fortunately, treatments and safety have evolved dramatically since then [13] ; lifestyle and expectations of a young adult with haemophilia in many countries have little in common with those of his peers just a couple of decades before. At present, the quality of life of patients with haemophilia is similar to that of the general population, and better than that of other chronic conditions. Nevertheless, adult PWHs continue to experience bleeding, develop arthropathies and suffer chronic pain, especially those who did not have access to replacement factor or a prophylaxis regimen in their early years [14, 15] . Additionally, some live with the consequences of viral infection, an issue which has a dramatic impact on life, clinical management and QoL, resulting in the need for psychological counselling in addition to medical care [13, 16] . Some also have to deal with inhibitors, further complicating the situation [17] . Finally, increasing age in people with haemophilia makes them susceptible to the same medical conditions as the general population [7] [8] [9] .
It may be assumed that a patient who has lived with the disease since childhood may be well adjusted and that few behavioural problems arise after reaching adulthood. Patients with congenital conditions often demonstrate an ability to adapt to stress, attributed to their frequent confrontation with stressful situations during their early years. However, generalization and presumption are not a good approach: in our experience, some patients maintain a passive and dependent role even after reaching adulthood, simply allowing others to assume the responsibilities associated with their own condition.
It is crucial that physicians keep in mind the benefits of a multidisciplinary approach [18] that involves treatment and prevention of bleeding episodes, management of haemorrhage complications (e.g. arthropathy), dealing with complexities such as the presence of inhibitors, management of comorbidities (hepatitis, AIDS) and the psychosocial support and patient education needed for a condition requiring venous access for its treatment, which is usually performed at home [18, 19] . Similar to other congenital chronic conditions [20] , management of haemophilia in the adult will depend on the path, events and experiences until reaching this point, and the patient's personal and social characteristics.
Unlike those who develop a chronic disease in adulthood, who often identify the event as a biographical disruption, people with a congenital condition are less likely to experience feelings of loss or changes as a result of its course [21] . Even so, their well-being may be conditioned to some extent because the illness has followed its course, and their physical condition is not the same as in their youth. They may have doubts about their competence at some point, expectations to fulfil or feelings of vulnerability [20, 22] . Some studies have described how haemorrhagic episodes and the physical consequences of [23, 24] . Furthermore, the adult PWH does not focus his life on just dealing with the disease, but seeks occupational and social stability, stable life with partner and/or family and to assert his personal identity [25] . Thus, the physician should keep in mind components that need to be appropriately addressed. Ritterman [26] described three that are relevant to the adult PWH:
(1) attitude of the individual towards his illness, how it influences self-perception and his actions; (2) family context, its influence in their decisions and determining activities; and (3) social integration, the level of involvement and adaptation to his environment. Another seemingly relevant component is the relationship with the attending health professional. We shall address these points below.
Attitude of the PWH towards the disease and the healthcare alliance Some PWHs, despite having lived with the disease for many years, do not accept it fully or downplay it, so they can believe it is controlled. Adults with severe haemophilia tend to pay more careful attention to their illness than adults with mild or moderate haemophilia, as they have undoubtedly experienced severe haemorrhages and are familiar with complications. However, management of mild or moderate haemophilia is becoming an important issue in adults, as these, whether through carelessness or lack of attention in previous years (unconcerned by their mild symptoms), present complications when reaching adulthood [27] . Some patients with mild or moderate haemophilia and absence of family history might be diagnosed later in life, so previous injuries will have gone untreated, leading to complications in adulthood. Clinical symptoms have sometimes been so mild that problems have gone unnoticed and self-care has been minimal, until prevention of complications is no longer possible. Additionally, lack of attention or downplay can occur more frequently with increasing age [28, 29] . Inappropriate attitudes can lead to major problems related to treatment adherence or exposure to risk behaviours, so the care team should be vigilant. In our experience, and consistent with published case studies [30] , patients use all kinds of excuses for not following treatment: absence of symptoms, lack of time, resignation to the disease, a bad relationship with the clinician/nurse, involuntary omissions or the inconvenience of continuing treatment.
Few studies specifically evaluate the perception that PWHs have of their disease, and results are conflicting. On the one hand, Beeton et al. [31] described positive self-perception, where PWHs view haemophilia as an inherent part of themselves. This seems to be only affected by the occurrence of comorbidities such as HIV infection or hepatitis, severe arthropathy or presence of inhibitors [24, 32, 33] ; these patients perceived less personal control of the disease as they have more symptoms and consequences. It is important to note that personal and psychosocial characteristics seem to have more impact on perceived adherence than health status [33] . On the other hand, Barlow et al. [34] reported that PWHs report problems in managing anxiety or depression, and that 'living with haemophilia' has a great impact on their psychosocial well-being. Depression has been found to be highly prevalent in these patients [35] .
Self-image adds to other factors when the PWH considers whether to carry out proper management [24, 36] . A good therapeutic alliance with the attending health professional is crucial to achieve greater treatment effectiveness. If the patient feels satisfied with the care received, he is more likely to adhere to and feel motivated about the treatment. The main goal of the professional was to encourage patients to accept their situation and learn to manage it [33] . A relationship of trust and understanding that gives the patient the feeling of being listened to and treated as a person (not a number) is essential. This will result in the patient properly communicating whatever difficulties he might perceive, so appropriate measures can be taken. In this context, these are the areas in need of more knowledge, assessment and action (Table 2 ):
• The patient's beliefs about treatment and its consequences. The practitioner should verify the patient's knowledge of the advantages and disadvantages of prophylactic treatment, as well as perceived benefits or difficulties. Failure to do so often leads to demotivation and lack of attention, and therefore reduced adherence.
• Difficulties the patient encounters in relation to treatment. Continuing prophylaxis is often perceived as a disruption in their routines that makes them feel different. Many patients, regardless of age, remain dependent on factor administration in the clinic/hospital. Some adults still feel anxiety and fear of venepuncture and pain, despite having lived with it for years. In addition, some have comorbidities (inhibitor, HIV and HCV) and arthropathy. Following regular treatment might not be easy, and limitations and dependencies do not help.
• Impact of haemophilia on their personal development.
Verify that the patient is integrated and can cope normally. Occurrence of spontaneous bleeding, arthropathy, infections, etc. might lead to the feeling that they cannot strive for certain projects, so they are not motivated to adhere to treatment.
• Development of healthy habits and self-care activities.
Adult PWHs have been constantly reminded during their formative years that there are many things they cannot/ should not do, including physical activity. Hence, their life is usually very sedentary and limited, leading to difficulties in achieving a good QoL.
Therefore, a good therapeutic alliance with the patient must be accompanied by assessment and counselling in other aspects including satisfaction, perceived difficulties and barriers, and emotional needs. Raising awareness of this will result in the patient benefiting from the recent improvements in treatments [1, 3, 28] .
The family context
A supportive family may help the individual to actively and adaptively cope with the disease, while some attitudes in family and relatives will increase feelings of helplessness, be the source of 'unadaptative' responses or become an additional stressor. Fortunately, family usually promotes positive adaptation to disease, reduces its impact and encourages treatment adherence [37] . Family members also represent a great source of material and emotional support for the patient, sometimes acting as 'co-therapists'. The role of the family or partner should be kept in mind (Table 2) .
The fact that haemophilia has an impact on PWHs and those around them, both in their functioning and daily activities, is widely acknowledged [2, 38] . People who grow up with haemophilia, sometimes accompanied by an infectious disease, often experience social stigma and fear of rejection [34, 39] .In some societies, the man is traditionally expected to financially support his family, and the disease might make it difficult for him to fulfil this role. Therefore, family functioning and communication issues should be explored and addressed. The relationship with their partner and sexuality are particularly relevant to the adult with haemophilia [40] . We will address this topic in a dedicated section.
In sum, physicians or healthcare professionals should learn about the patient and his environment in aspects pertaining to role in the family, issues and expectations, and guidance should be provided.
Social integration
The third component, the degree of participation of a person in and with his/her environment, is fundamental to overall well-being. QoL is greatly defined by the performance of daily activities, independent living, job and good/satisfying social and interpersonal relationships (Table 2) .
Persons with haemophilias have had many years of difficulties in integrating at school or in the workplace. In our experience, this has negatively influenced attitudes towards productive activities in some adults and older PWHs who lived with medical difficulties as children: school absenteeism and/or family overprotection. The result for some has been poor academic achievement, low expectations and eventual difficulties at work [25, 41] . Employment and social integration should be encouraged, as their absence is a risk factor for depression in PWHs [35] . Quality and rates of employment of PWHs have improved since the 1980s [41] ; between 58% and 65% of patients with severe haemophilia were employed full-time before the turn of the century [42] . More recent data indicate that 70% of this population are working, although they experience more disability than the general population (35% vs. 9%) [25] . Severity of the disease (severe patients are less likely to have full-time jobs), start of prophylaxis, severity of joint damage and viral infections are related to differences [25] . Social and interpersonal relationships are a significant source of emotional support, helping to fight the feeling of loneliness, buffer the difficulties, diminish perceived threats and promote coping strategies. Evidence from studies on this topic in PWHs is sparse and outdated. The advances in treatment options and the use of secondary prophylaxis have changed the impact of disease on family and social dynamics and functioning, so many authors advocate the importance of studying this area both in parents of children with haemophilia and adult PWHs [22, 43] .
As previously mentioned, PWHs often experience social stigma and fear of rejection [34, 39] . They may be reluctant to disclose their condition or do not know how, particularly those who live with HCV and HIV infections [16, 34, 39] . Many PWHs admit they hide their disease from friends, relations and acquaintances [31, 34, 36] , and they carefully choose the people to whom they disclose the disease [34] . This attitude is not surprising, since parents of children with haemophilia are often reluctant to disclose the disease [34, 43, 44] ; if the patient grew up in an environment where discussing haemophilia was taboo, the same pattern might be repeated throughout his life. As much as 36% of PWHs indicate difficulties in this area [22] , but the percentage decreases if inhibitors or other comorbidities are present. The reasons are fear of the negative impact of haemophilia in the future, not being able to support a family, feeling different, limitations in daily activities and lack of understanding from others. This trend may change in the future with the introduction of primary prophylaxis and recombinant products.
In conclusion, physical factors such as arthropathy, limitations in physical functioning, age-related conditions (an emerging issue), pain, spontaneous bleeding or presence of inhibitors, do exist and negatively impact their QoL [45] , but PWHs display excellent skills and coping strategies, and are perfectly able to reach a good mental and emotional state if supported. With tailored support and counselling, together with the great advances in haemophilia treatment, we can help adult patients to live long and satisfactory lives.
Sexuality in the adult and ageing person with haemophilia
Sexuality in terms of fulfilment and QoL in this population (not merely safe behaviours in case of infection) has received little attention and has not been widely studied, as a result of the low priority given by professionals, and patients not raising the issue [46, 47] . However, the adult with haemophilia will also seek sexual satisfaction [40, 46] . He might also be interested in starting a family, and disease status or the presence of comorbidities usually raise doubts and difficulties in decision-making [16, 48] . An additional concern in this issue is ageing [7, 49] . Haemophilia complications and drug-related adverse events may be accompanied by sexual dysfunction. Haemophilic arthropathy may involve limitations on sexual relations, and viral infections that reduce sexual desire in both patient and partner. In addition, other agerelated factors, such as cardiovascular or renal disease or prostatic hypertrophy, among others, might have an influence.
Sexuality is an important issue for both patient and professional. PWHs and their partners recognize that they have little knowledge regarding sexuality and haemophilia. It is considered an uncomfortable issue to discuss with the professional, despite being the focus of personal concern, and they would benefit from advice [47, 50] . Based on our experience, it is our opinion that the physician should address this with the patient when they reach a certain age. The most appropriate strategy is to improve communication with the patient in all aspects, so potential issues, including sexual fulfilment, family planning or sexual dysfunction, can be discussed in a relaxed and confident manner. This approach should be medical and psychological. The haematologist might find the PLISSIT model useful for this purpose [40] . This is a biopsychosocial model of aspects and interrelationships regarding sexuality and haemophilia. Its aim was to understand individuals, so care approaches can be planned. The PLISSIT model is offered to guide counselling about sexuality on different levels of complexity. Another useful approach, especially in the case of younger adult patients, is inviting the couple to consultation. Couples should go home with the idea that the disease situation does not necessarily prevent them from leading a normal family life. Emotional support should always be part of any intervention, including genetic counselling for family planning, when possible reproductive options can be discussed for informed decision-making [16, 48] .
Ageing with haemophilia: the new challenge
With the clinical advances in haemophilia treatment, ageing of PWHs is the new challenge for healthcare professionals. Life expectancy in PWHs exceeds 70 years at present [12] , and an increasing number of patients reach older age and experience the typical problems of ageing, such as comorbidities [15] , age-related depression [51] or altered family dynamics [52] . Psychological aspects of ageing in haemophilia have been, to our knowledge, scarcely described so far. Ageing entails its own particularities in haemophilia (Table 3) .
As previously mentioned, adults with haemophilia have to deal with the consequences of years of suboptimal treatment [13] [14] [15] [16] ; this is especially true for those born before the 1960s [7] . Arthropathy and viral infections may have particular impact in older age [7, 45, 53] . The combination with age-related ailments results in greater comorbidity and increased clinical complexity, psychosocial impact and negative impact on QoL [9, 17, 54] . This is a new scenario both for healthcare providers and patients [7, 15] . The former must be prepared to provide up-to-date information and support [47, 55] , and PWHs should receive information on ageing and its implications with haemophilia. Therefore, the haematologist should seek support from other specialists and general practitioners in order to provide appropriate medical care.
Ageing in the PWH affects three types of clinical processes: complications related to haemophilia or its treatment, conditions related to increasing age and mixed processes [17] (Table 3) . Disabling conditions, both related and unrelated to haemophilia, can lead to a loss of independence, causing great concern to older PWHs [52, 55] .
Psychosocial issues related to normal ageing might be particularly troublesome for someone who has always fought from childhood for autonomy and self-determination. Issues such as loss of employment, early retirement, declining health or functional alteration of family dynamics are common to ageing individuals, but might have a particular impact on the PWH. They will have to change some routines that were established to manage the disease [55] . Sometimes, the support network is naturally reduced, and the ability to live independently is at risk.
The ageing PWH will face new challenges, at least more often than his peers. Examples include consulting primary care physicians and hospital admissions in departments other than haematology etc. Increased anxiety levels might occur in the patient and the medical and nursing staff of departments not used to PWHs and their level of self-management. Therefore, addressing the various difficulties of ageing PWHs requires knowledge of the different coping strategies. Strategies focused on problem-solving are considered the most effective in chronic conditions [56] , compared with emotional coping strategies. However, we have little knowledge of the influencing factors and the strategies used by PWHs at this stage. Experience has shown that communication with the healthcare team can be affected by typical problems of ageing persons, such as hearing loss, slowed mental response. Attitudes of discouragement and loss of initiative to continue caring for their health are often detected in older patients. This may be due to tiredness/loss of sense of purpose facing a lifelong situation and can also be caused by ageing comorbidities that result in self-care requiring more dedication and energy. Haemophilia-specialized units should consider and be prepared to tackle situations that were previously more common in geriatric services and primary care.
The older PWH at this stage of his life might have already developed tools that will help with the problems that arise with increasing age. His experience in overcoming haemophilia-related problems during youth and adulthood would be an advantage compared to other ageing persons. However, the QoL of older PWHs, even those with mild haemophilia, is at present lower than that of their peers in the general population [57] . Factors that negatively/adversely impact QoL include severity of haemophilia, presence of arthropathy, viral infection status, unemployment and, naturally, increasing age.
We have observed that families sometimes do not consider the newly arising health problems to be important. Hospital visits, hospitalization and daily care of their relative have been routine in their lives. Additionally, roles and family dynamics may have changed over the years (e.g. children have left home and cannot provide care). Institutionalization of the ageing PWH can lead to feelings of abandonment by the patient and of guilt by family.
Focusing on healthcare teams, clinical experience demonstrates that ageing in PWHs presents similar requirements as for any ageing person: new specialists not necessarily familiar with haemophilia should be now included (cardiology, urology, gastroenterology, neurology, etc.). The haemophilia team, the patient and his family might feel loss of control and uncertainty as a result. Therefore, multidirectional action protocols and acquiring tools for dialogue and deliberation should be developed in order to appropriately manage this new scenario.
Finally, workers of specific resources for older people (psychosocial support, adult day care, etc.) are not usually familiar with haemophilia and what it entails at a medical and psychosocial level, since senior PWHs were rare. Communication in new environments might be necessary, as greater functional difficulty can lead to increased isolation and the risk of institutionalization. Efforts should be devoted to promoting the search for alternative and diverse socialization and entertainment activities for the ageing PWH.
In order to address all these changes, we suggest the following strategies:
• Analysis of the usual patterns of communication about haemophilia within the family. These patterns used for haemophilia are not always repeated when dealing with other health problems [58] . In addition, communication patterns observed during consultation are probably not the same as those used at home.
• Study of coping strategies commonly used. Depending on the results and the adaptation and efficiency achieved, we will try to educate and train according to the individual situation of each case.
• Promotion of coordination, communication and teamwork of healthcare professionals in all care settings: inpatient and outpatient.
• Use follow-up visits with the haematologist not only to talk about haematological aspects but also other health problems associated with age and haemophilia-related comorbidity.
• Start prevention and health promotion programmes to reduce the physical and psychological impact of ageing in PWHs.
• Improve communication with patients in order to address the issue of possible sexual dysfunction. We will focus on this in the next section.
Ageing is not an easy experience for PWHs, and professionals should be aware of difficulties beyond the clinical aspects that have received attention in recent years [7, 15, 59] . The psychosocial issues related to ageing in this group warrant research in order to provide the best possible support.
Conclusion
Haemophilia is a chronic disorder suffered by individuals who, at present, have a life expectancy quite similar to that of the general population. PWHs will benefit from a combination of medical and psychological care, which should be approached from a holistic perspective. Each PWH grows and develops as any other person, and management of their particular situation evolves with their personal development and life changes. While recent literature has focussed mainly on childhood and adolescence, several issues emerge or persist when reaching adult age, and continue to evolve over the years. The evolution of the patient's haemophilia over time and the stages of their personal development cannot be separated, so healthcare professionals must rise to the challenge, adapt to these changes and respond to the patient's needs. The great advances in the treatment of haemophilia will undoubtedly continue to have an impact in this scenario, and changes will require further adaptation to the issues and concerns of patients in the future.
